Abstract Malignant peripheral nerve sheath tumors(MPNST) are uncommon neoplasms with an incidence of 0.001% in general population. Multifocality is a rare manifestation of MPNST . A case of a 65 year old patient who presented with multiple swellings involving the neck, extremity and back without associated neurofibromatosis is reported for its rarity of presentation.. Diagnosis was made by FNAC and confirmed by peroperative findings and histopathology.
Introduction
MPNST is a rare variety of soft tissue sarcoma of ectomesenchymal origin [1] . WHO coined the term MPNST replacing previous heterogeneous and often confusing terminology. MPNSTs are uncommon neoplasms with an incidence of 0.001% and make upto 5-15% of all soft tissue sarcomas [2] . Multifocal MPNST without neurofibromatosis is a rare occurrence, although a few instances have been reported in literature. Despite aggressive limb ablation or limb sparing surgery and adjunctive therapy MPNSTs continue to be associated with high morbidity and mortality [3] .
Case Report
A 65 year old male presented to the surgery department with a history of multiple swellings over the neck f orearm and lower back of 1 month duration. There was no history of pain or weight loss. On local examination there were spherical swellings of varying sizes, two in the right arm, one on the sacral region and one on the right side of the neck. The largest swelling measured 4×3×2.5 cm and the smallest 3×2.5×2 cm. They were firm in consistency and mobile in transverse plane. Routine investigations, chest xray and ultrasound abdomen were within normal limits.
FNAC done from all the swellings showed clusters of pleomorphic plump spindle cells having coarse chromatin and moderate amount of cytoplasm. Some of the cells were in atypical mitosis suggesting a possibility of soft tissue sarcoma (Fig. 1) .
The mass from right cubital fossa was excised which revealed attachment to a branch of ulnar nerve peroperatively. Gross examination revealed a fusiform mass measuring 3× 2×2 cm with fleshy cut surface. Microscopy showed a circumscribed lesion composed of pleomorphic spindle cells arranged in sweeping fascicles having irregular nuclei and indistinct cytoplasmic borders (Fig. 2) . Atypical mitosis and foci of necrosis was also seen.
Based on these findings a diagnosis of multifocal MPNST was offered. Patient received 6 months of chemotherapy but developed a new lesion on the lower lip and scalp on follow-up.
Discussion
MPNST has an incidence of 1 per 1,00,000 population and is managed as a subcategory of soft tissue sarcoma [1] .They arise from major or minor peripheral nerve branches or sheath of a peripheral nerve fibre. Most cases of MPNST occur in patients who are 20-50 years old but MPNSTs in neurofibromatosis type 1 (NF1) are diagnosed much earlier [4] . Sporadic MPNSTs could be underestimated owing to the possible misclassification of other sarcomas [5] .
The most common location is the extremity and rarely a few arise in the head and neck. Patients with MPNST of the head and neck have a poorer prognosis [6] . Symptoms are variable and the duration of symptoms before the tumor is recognized is very difficult to ascertain [7] . These tumors may arise spontaneously, although 5-42% have an association with NF1 [8] .
Multifocality is another unique feature of this tumor. Our patient had multifocal MPNST without neurofibromatosis, though the literature says that the risk of developing a second MPNST is high in patients with NF1. Multifocal occurrence may imply metastatic growth from one possible site or independent growth of neural crest derived cells of each site [6] .
Multifocal occurrence, as in this case is rare [9] , the incidence of which has not been described. Hence, further research is required to assess the exact incidence and prognosis of multifocal MPNST without neurofibromatosis, although literature shows a higher incidence of multifocal nature of MPNST associated with neurofibromatosis [10] .
Typical treatment of MPNST includes a combination of complete resection of tumor with adequate free margin, adjuvant radiotherapy and chemotherapy. The clinical course includes local recurrence, perineural spread and pulmonary metastasis [10] .
Conclusion
In conclusion one should be aware of multifocal occurrence of MPNST which can pose diagnostic challenge. Multifocality appears to be a distinct entity which can occur even without neurofibromatosis. 
